It is then about the size of a walnut. Although covered by normal skin which is freely movable over it, the swelling is fixed deeply.
Aspiration yielded clear sterile serous fluid. X-ray of chest: Broadening of superior mediastinal shadow enlarged thymus. Family history.-Mother and infant healthy. Father " weak chest and cough ". There was no history of injury to the knee, and the swelling came up gradually. No pain at any time, and the child uses the leg actively but limps slightly.
On examination. Left knee: Firm irregular enlargement of all the soft tissues around the joint. Suprapatellar pouch palpable as a rounded swelling above the knee-joint, of doughy consistency. Joint held in 15-20°flexion. Extremes of movement limited by pain. Muscles hypotonic but not wasted.
Investigations.-Mantoux reaction 1: 10,00 strongly positive. X-ray of chest normal.
Case of Scleredema Adultorum (Buschke) . Mix History on admission. Stiffness of neck, face, and upper trunk of gradual onset over a period of two to three days. First noticed in back of neck and spread to front of neck, face, shoulders, and upper arms-some tenderness in neck and arm muscles on attempting movements involving stretching of skin and muscles. Two weeks before admission confined to bed for two days with a catarrhal febrile illness (called influenza). One week before admission had vague abdominal pains and constipation for two to three days.
Past history. Treated for obesity (? endogenous) 1935. Subject to papular urticaria.
Family history.-Nothing of note. On admission. Fat, pale boy with expressionless face. The skin over the face, scalp, neck, shoulders, chest, and upper arms is smooth with a sense of firmness. It is bound down to the subcutaneous tissues and muscles, and in the neck and over the masseters has a definite " woody " feel. No pitting, redness, or discoloration. No tenderness. Jaw can only be opened 4 in. Arms held semiflexed 120°, and cannot be extended beyond this. Head and neck held stiffly, cannot turn head without moving whole of upper part of trunk. Hands and lower part of trunk and legs not affected. No muscular weakness-reflexes normal. Genitalia small. Hair on scalp fine and silky-outer third of eyebrows thinned.
Progr-ess and investigation. Has remained afebrile since admission condition appears stationary, certainly not progressing. Biopsy: Portion of skin, subcutaneous tissue and muscle removed from suprascapular region. Sections stained by haematoxylin and van Gieson. The epidermis is relatively thin, amounting to two layers of cells in places. The rete mucosum is poorly developed. The subepidermal layer is considerably thickened. It contains swollen, ? collagen, fibres widely spaced. Neither fibres nor spaces stain with picrocarmine or thionin. The adipose layer also appears to be thicker than normal. Only a few muscle fibres are present and these are normal. The whole skin is plentifully supplied with blood-vessels. Some.of these are thick-walled.
Apart from a few small perivascular collections of round cells there is no evidence of any inflammation. No calcium deposits.
Commentary.-The case conforms to the descriptions of scleredema adultorum in the following points:
(1) The onset after an acute infection.
(2) Commencement in neck and progress down upper part of body.
(3) The hands and feet are not affected.
(4) No pigmentary changes.
(5) No inflammatory changes histologically. It has, however, some features in common with scleroderma (1) The contractures at the elbows with involvement of biceps.
(2) The high creatin exeretion-a common feature in scleroderma with dermatomyositis. No records of creatin excretion in scleredema are to be found in the literature. Scleredema of Buschke is described as a self-limited disease which involutes spontaneously in days or years without atrophy of the skin.
Cornbleet and Struck have adduced evidence of disturbed calcium balance in scleroderma with calcium retention and deposition in the swollen degenerated collagen fibres of the subcutis, and advise the trial of massive vitamin D dosage. The calcium balance of this case will therefore be ascertained.
Further progress.-19.6.39: Calcium balance (three days' experiment): Total intake, 800-70 mgm. Total excretion, 806-49 mgm. (602-18 facal, 204-31 urinary), i.e. negative balance of 5-79 mgm.
15.8.39: Can now extend left arm fully, right arm practically fully. Opens mouth fuilly. Skin over neck and upper chest more freely movable and less " woody ".
Has gained 4 lb. in weight in past month.
